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Resumo
KƐĂƵƚŽƌĞƐĚĞƐĐƌĞǀĞŵƵŵĐĂƐŽĚĞŝŶƚŽůĞƌąŶĐŝĂŚĞƌĞĚŝƚĄƌŝĂăĨƌƵƚŽƐĞĐŽŵĂƉƌĞƐĞŶƚĂĕĆŽĐůşŶŝĐĂƉƌĠǀŝĂăĚŝǀĞƌƐŝĮĐĂĕĆŽĂůŝŵĞŶƚĂƌ 

















ƚĞĚ ǁŝƚŚ ĐůĂƌŝƚŚƌŽŵǇĐŝŶ ĂŶĚ ďĞƚĂŵĞƚŚĂƐŽŶĞ ŽƌĂů
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ŐůǇĐĂĞŵŝĐ ĞƉŝƐŽĚĞ ƚǁŽ ŚŽƵƌƐ ĂŌĞƌ ĞĂƟŶŐ Ă ŇĂǀŽƵƌĞĚ
ǇŽŐŚƵƌƚ͘,ĞƉĂƚŽŵĞŐĂůǇĂŶĚůĂďŽƌĂƚŽƌǇĮŶĚŝŶŐƐƐƵŐŐĞƐ-
ƚĞĚĂĚŝĂŐŶŽƐŝƐŽĨsŽŶ'ŝĞƌŬĞ Ɛ͛ĚŝƐĞĂƐĞ͕ŶŽƚĐŽŶĮƌŵĞĚďǇ
ŵŽůĞĐƵůĂƌ ƐƚƵĚŝĞƐ͘ ^ƵďƐĞƋƵĞŶƚůǇ͕  ŚŝƐ ŵŽƚŚĞƌ ƌĞƉŽƌƚĞĚ




ƟŽŶ ŽĨ,&/ ƉƌŝŽƌ ƚŽ ĐŽŵƉůĞŵĞŶƚĂƌǇ ĨĞĞĚŝŶŐ͕ŵĂŝŶůǇ ŝŶ
ĞǆĐůƵƐŝǀĞůǇďƌĞĂƐƞĞĚ ĐŚŝůĚƌĞŶ͘tĞ ĐŽŶĐůƵĚĞ ƚŚĂƚ ƐŽŵĞ
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ƉƌĞĐŝƉŝƚĂƚĞŵĞƚĂďŽůŝĐĚĞĐŽŵƉĞŶƐĂƟŽŶŝŶ,&/͘
Keywords: ,ǇƉŽŐůǇĐĞŵŝĂ͖ &ƌƵĐƚŽƐĞ /ŶƚŽůĞƌĂŶĐĞͬŐĞŶĞ-
ƟĐƐ͖/ŶĨĂŶƚ͖&ƌƵĐƚŽƐĞͲŝƐƉŚŽƐƉŚĂƚĞůĚŽůĂƐĞ͖ǆĐŝƉŝĞŶƚƐ͖
Introduction
,ǇƉŽŐůǇĐĂĞŵŝĂ ŝƐ ĐŽŵŵŽŶ ƚŽ ƐĞǀĞƌĂů ĐůŝŶŝĐĂů ĞŶƟƟĞƐ͕
ŝŶĐůƵĚŝŶŐ ƉŽŝƐŽŶŝŶŐ͕ ĞŶĚŽĐƌŝŶĞ ĚŝƐŽƌĚĞƌƐ ĂŶĚ ŝŶďŽƌŶ
ĞƌƌŽƌƐ ŽĨŵĞƚĂďŽůŝƐŵ͘ /ƚ ƐŚŽƵůĚ ďĞ ƌĂƉŝĚůǇ ƌĞĐŽŐŶŝǌĞĚ͕
ƉƌŽŵƉƚůǇƚƌĞĂƚĞĚĂŶĚƚŚĞĂĞƟŽůŽŐǇŝŶǀĞƐƟŐĂƚĞĚŝŶŽƌĚĞƌ
ƚŽĞƐƚĂďůŝƐŚĂ ƚŚĞƌĂƉĞƵƟĐƉůĂŶĂŶĚŵŝŶŝŵŝǌĞ ƚŚĞ ůŽŶŐ-
ͲƚĞƌŵĐŽŶƐĞƋƵĞŶĐĞƐϭ͕Ϯ͘ 











ƚĞĚ ƉĂƌĞŶƚƐ͕ ŚĂĚ ĂŶ ƵŶƌĞŵĂƌŬĂďůĞ ďŝƌƚŚ ĂŶĚ ŶĞŽŶĂƚĂů
ƉĞƌŝŽĚ͕ǁŝƚŚŶŽĞƉŝƐŽĚĞƐŽĨŚǇƉŽŐůǇĐĂĞŵŝĂĂŶĚĂŶĞŐĂ-
ƟǀĞŵĞƚĂďŽůŝĐ ƐĐƌĞĞŶŝŶŐ͘,ĞǁĂƐ ĞǆĐůƵƐŝǀĞůǇ ďƌĞĂƐƞĞĚ
ƵƉƚŽϱ͘ϱŵŽŶƚŚƐ͘
Filipa MA Dias1, Fernando Tapadinhas2, Ana C Ferreira3, Sílvia Sequeira3
1. Department of  Paediatrics, Hospital de Faro, Centro Hospitalar do Algarve, Faro, Portugal  
2. Neurodevelopmental Center, Department of  Paediatrics, Hospital de Faro, Centro Hospitalar do Algarve, Faro, Portugal
3. Metabolic Unit, Paediatric Department, Hospital de Dona Estefânia, Centro Hospitalar de Lisboa Central, Lisbon, Portugal
Acta Pediatr Port 2015;46:277-80
Apresentação Clínica da Intolerância Hereditária à Frutose Prévia à Diversificação Alimentar. 
O Papel dos Excipientes
Clinical Presentation of  Hereditary Fructose Intolerance Prior to 
Complementary Feeding. What Excipients Can Do
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ϯ͘ϱϱŵŵŽůͬůĂŶĚƚƌŝŐůǇĐĞƌŝĚĞƐϮ͘ϭϳŵŵŽůͬůͿĂŶĚŚǇƉĞƌ-





































ĐĂů ŵĂŶŝĨĞƐƚĂƟŽŶƐ ƉƌŝŽƌ ƚŽ ĐŽŵƉůĞŵĞŶƚĂƌǇ ĨĞĞĚŝŶŐ ŝƐ
ĐůĂƐƐŝĐĂůůǇ ůŝŶŬĞĚ ƚŽ ĨŽƌŵƵůĂƐ ĐŽŶƚĂŝŶŝŶŐ ŽŶĞ ŽĨ ƚŚĞƐĞ
ƐƵŐĂƌƐ;ƐƵĐŚĂƐƐŽǇĨŽƌŵƵůĂƐͿĂŶĚƚŚĞƌĞĂƌĞĨĞǁĚĞƐĐƌŝƉ-
ƟŽŶƐ ŽĨ ƐǇŵƉƚŽŵƐ ĚƵƌŝŶŐ ĞǆĐůƵƐŝǀĞ ďƌĞĂƐƞĞĞĚŝŶŐ͘ϲ͕ϳ 
EĞǀĞƌƚŚĞůĞƐƐ͕ŵĂŶǇƉĂĞĚŝĂƚƌŝĐĚƌƵŐƐϴ ƐƵĐŚĂƐŽƌĂů ƐƵƐ-
ƉĞŶƐŝŽŶ ŽĨ ĐůĂƌŝƚŚƌŽŵǇĐŝŶϵ ĂŶĚ ďĞƚĂŵĞƚŚĂƐŽŶĞ ŽƌĂů
ƐŽůƵƟŽŶ10 ĐŽŶƚĂŝŶ ƐƵĐƌŽƐĞ ĂŶĚ ƐƵŐĂƌ ĂůĐŽŚŽůƐ ĂŵŽŶŐ
ƚŚĞŝƌĞǆĐŝƉŝĞŶƚƐ͘dŚĞĚƌƵŐƐŐŝǀĞŶƚŽŽƵƌƉĂƟĞŶƚǁĞƌĞƉƌŽ-
ďĂďůǇ ƌĞƐƉŽŶƐŝďůĞ ĨŽƌ ƚŚĞ ŵĞƚĂďŽůŝĐ ĚĞĐŽŵƉĞŶƐĂƟŽŶ
ĂŶĚƚŚĞĞĂƌůǇŽŶƐĞƚƐǇŵƉƚŽŵƐŽĨ,&/͘
/Ŷ ƚŚŝƐ ƉĂƌƟĐƵůĂƌ ĐĂƐĞ͕ ƚŚĞ ŽŶƐĞƚ ŽĨ ƐǇŵƉƚŽŵƐ ďĞĨŽƌĞ
ƚŚĞ ŝŶŝƟĂƟŽŶŽĨ ĐŽŵƉůĞŵĞŶƚĂƌǇ ĨĞĞĚŝŶŐ͕ĂŶĚ ƚŚĞ ƚƌŝĂĚ
ŽĨ ůĂĐƟĐ ĂĐŝĚŽƐŝƐ͕ ŚǇƉĞƌƵƌŝĐĂĞŵŝĂ ĂŶĚ ŚǇƉĞƌůŝƉŝĚĂĞŵŝĂ
;ǁŚŝĐŚ ůĂƚĞƌǁĂƐ ĨŽƵŶĚŶŽƚ ƚŽďĞƉĞƌƐŝƐƚĞŶƚͿ ĐŽŶĐŽŵŝ-
ƚĂŶƚ ǁŝƚŚ ŚǇƉŽŐůǇĐĂĞŵŝĂ͕ ŚĞƉĂƚŽŵĞŐĂůǇ ĂŶĚ ŚĞƉĂƟĐ
ƐƚĞĂƚŽƐŝƐ͕ŝŶŝƟĂůůǇƐƵŐŐĞƐƚĞĚĂĚŝĂŐŶŽƐŝƐŽĨƚǇƉĞ/ĂŐůǇĐŽ-
ŐĞŶƐƚŽƌĂŐĞĚŝƐĞĂƐĞ ;ǀŽŶ'ŝĞƌŬĞ Ɛ͛ĚŝƐĞĂƐĞͿ͘dŚĞĐůŝŶŝĐĂů
ŽŶƐĞƚ ŽĨ ƐǇŵƉƚŽŵĂƟĐ ŚǇƉŽŐůǇĐĞŵŝĂ ůŽŶŐ ďĞĨŽƌĞ ƚŚĞ
ĐŽŵƉůĞŵĞŶƚĂƌǇ ĨĞĞĚŝŶŐ͕ ƚŚĞ ůĂĐŬ ŽĨ ƵƌŝŶĂƌǇ ƌĞĚƵĐŝŶŐ
ƐƵďƐƚĂŶĐĞƐ ĂŶĚ ƌĞƉĞĂƚĞĚ ŶŽƌŵĂů ƵƌŝŶĞ ƐƵŐĂƌ ĐŚƌŽ-
ŵĂƚŽŐƌĂƉŚǇ ĐŽŵƉůŝĐĂƚĞĚ ƚŚĞ ĚŝĂŐŶŽƐŝƐ͘ ,ŽǁĞǀĞƌ͕  ƚŚĞ
ŶŽƌŵĂů ŐůƵĐŽƐĞͲϲͲƉŚŽƐƉŚĂƚĂƐĞ ŐĞŶĞ ŵŽůĞĐƵůĂƌ ĂƐƐĂǇ͕ 
ƚŚĞƌĞĨƵƐĂůŽĨĨƌƵŝƚ͕ǇŽŐŚƵƌƚĂŶĚƐŽŵĞƐǁĞĞƚǀĞŐĞƚĂďůĞƐ
ůŝŬĞ ĐĂƌƌŽƚƐ͕ ƚŚĞ ƌĞƉĞĂƚĞĚ ĞƉŝƐŽĚĞƐ ŽĨ ǀŽŵŝƟŶŐ ĂŶĚ











ĂƌĞ ĂůŵŽƐƚ ŝŶǀĂƌŝĂďůǇ ƉƌĞƐĞŶƚ ŝŶ ,&/ ĚƵƌŝŶŐ ƉĞƌŝŽĚƐ ŽĨ
ĚĞĐŽŵƉĞŶƐĂƟŽŶ͘1,ŽǁĞǀĞƌ͕ ŝĨƵƌŝŶĞŝƐĐŽůůĞĐƚĞĚŽƵƚƐŝĚĞ
ƚŚŝƐ ƉĞƌŝŽĚ Žƌ ŝĨ ƚŚĞ ƉĂƟĞŶƚ ĐŽŵƉůĞƚĞůǇ ƌĞĨƵƐĞƐ ĨŽŽĚƐ
ĐŽŶƚĂŝŶŝŶŐĨƌƵĐƚŽƐĞ͕ƚŚĞǇůŽƐĞĚŝĂŐŶŽƐƟĐǀĂůƵĞ͘
dŚĞ ĂŶĂŵŶĞƐŝƐ͕ǁŚŝĐŚ ŚŝŐŚůŝŐŚƚĞĚ ƚŚĞ ĐŚŝůĚ Ɛ͛ ƐĞůĞĐƟǀĞ
ĨŽŽĚ ƌĞĨƵƐĂů ĂŶĚ ƚŚĞ ƐŚŽƌƚƟŵĞďĞƚǁĞĞŶ ƚŚĞƉƌĞǀŝŽƵƐ
ŵĞĂů ĂŶĚ ƚŚĞ ĞŵĞƌŐŝŶŐ ƐǇŵƉƚŽŵƐ ŽĨ ŚǇƉŽŐůǇĐĂĞŵŝĂ͕
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dŚĞ ĂƵƚŚŽƌƐĚĞĐůĂƌĞ ƚŚĂƚ ƚŚĞ ƉƌŽĐĞĚƵƌĞƐ ĨŽůůŽǁĞĚǁĞƌĞ ŝŶ ĂĐ-
ĐŽƌĚĂŶĐĞǁŝƚŚƚŚĞƌĞŐƵůĂƟŽŶƐŽĨƚŚĞƌĞůĞǀĂŶƚĐůŝŶŝĐĂůƌĞƐĞĂƌĐŚ
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ƚŚŝĐƐŽĨ ƚŚĞ
tŽƌůĚDĞĚŝĐĂůƐƐŽĐŝĂƟŽŶ;ĞĐůĂƌĂƟŽŶŽĨ,ĞůƐŝŶŬŝͿ͘
ŽŶĮĚĞŶƟĂůŝƚǇŽĨĚĂƚĂ
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DĞƚĂďϮϬϬϱ͖ϴϱ͗ϭϲϱͲϳ͘







ŵŐͬŵ>͕ ŐƌĂŶƵůĂĚŽ ƉĂƌĂ ƐƵƐƉĞŶƐĆŽ ŽƌĂů ΀ĂĐĐĞƐƐĞĚ ũĂŶƵĂƌǇ
ϮϬϭϱ΁͘ǀĂŝůĂďůĞĂƚ͗ŚƩƉ͗ͬͬǁǁǁ͘ŝŶĨĂƌŵĞĚ͘Ɖƚ
ϭϬ͘ ^ƵŵŵĂƌǇŽĨWƌŽĚƵĐƚŚĂƌĂĐƚĞƌŝƐƟĐƐ͕ĞůĞƐƚŽŶĞΠϬ͕ϱŵŐͬ
ŵ>ƐŽůƵĕĆŽŽƌĂů΀ĂĐĐĞƐƐĞĚũĂŶƵĂƌǇϮϬϭϱ΁͘ǀĂŝůĂďůĞĂƚ͗ŚƩƉ͗ͬͬ
ǁǁǁ͘ŝŶĨĂƌŵĞĚ͘Ɖƚ
ϭϭ͘ŽīĞĞD͕dŽůĂŶZ͘DƵƚĂƟŽŶƐŝŶƚŚĞƉƌŽŵŽƚĞƌƌĞŐŝŽŶŽĨ
ƚŚĞĂůĚŽůĂƐĞŐĞŶĞƚŚĂƚĐĂƵƐĞŚĞƌĞĚŝƚĂƌǇĨƌƵĐƚŽƐĞŝŶƚŽůĞƌĂŶĐĞ͘
:/ŶŚĞƌŝƚDĞƚĂďŝƐϮϬϭϬ͖ϯϯ͗ϳϭϱͲϮϱ͘
